Immunoglobulin G4-related disease (IgG4-RD) is a recently recognized clinical entity characterized by elevated serum IgG4 and infiltration of IgG4-positive plasma cells leading to organ swelling or sclerosis. 1 IgG4-RD may affect various organs, more commonly the orbit or pituitary gland than the nervous system. However, due to increasing reports on meningeal inflammation associated with elevated serum IgG4, IgG4-related hypertrophic pachymeningitis (IgG4-HP) has become an important manifestation of IgG4-RD. 2 Herein we report a case of IgG4-HP involving the posterior fossa, which initially mimicked Chiari malformation.
. Serial brain MRI. A: Initial MRI without a contrast agent performed 3 months after symptom onset revealed a cerebellar tonsillar herniation at 5 mm below the foramen magnum, which was consistent with Chiari malformation type I. B: Follow-up MRI performed 5 months later with gadolinium enhancement disclosed hypertrophic pachymeningitis consisting of diffusely thickened dura mater and space-occupying nodular lesions compressing the left pontine tegmentum and right acoustic meatus. C: MRI performed 3 months after steroid treatment revealed marked improvement of the meningeal enlargement and disappearance of the nodular lesions.
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IgG4-Related Disease Mimicking Chiari Malformation JCN of IgG4-RD, with distinctive mass-forming lesions along the dura mater and a serum IgG4 concentration of >135 mg/dL. 1 Most pathologically proven cases of IgG4-HP have involved the spinal cord or the supratentorial areas including the orbital region. 2 Several studies have found posterior fossa involvements, 4, 5 but no previous study has revealed cerebellar herniation in association with IgG4-HP. The symptoms and signs of IgG4-HP reflect mechanical compression of vascular or neural structures that lead to functional deficits. The nodular lesion compressing the left pontine tegmentum may explain the left hemifacial pain reported by our patient, and another lesion compressing the right internal acoustic meatus may have caused the audiovestibulopathy. In addition, diffuse pachymeningeal enlargements and multifocal nodular lesions occupying the posterior fossa resulted in crowding of the neural structures and a downward displacement of the cerebellar tonsil below the foramen magnum. Although the mechanism underlying Chiari malformation remains to be elucidated, anatomical variations including abnormal bone thickening have been proposed as factors responsible for a crowded posterior fossa and the resultant downward herniation of the cerebellar tonsil. 6 When a patient with cerebellar tonsillar ectopia shows a rather rapid clinical decline or lateralized manifestation such as trigeminal neuralgia, the presence of space-oc-cupying lesions including IgG4-HP should be considered.
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